neonatal hepatitis of prenatal onset, and has persisting hepatosplenomegaly. Neonatal hepatitis is associated with a-1-antitrypsin deficiency in 10 to 20% of cases, the majority being homozygous for the Z allele. The Z -phenotype can be distinguished only by examination of the parental phenotypes.
The occurrence of neonatal hepatitis in our patient suggests that while low levels of plasma antiprotease are a factor in the aetiology of liver damage, such damage can occur without the presence of two Z alleles. Many individuals deficient in antiprotease activity have normal liver function however, so one or more other factors must be involved.
One may speculate on the nature of the second factor. It is not the PAS-positive deposits. In most of them the faecal concentration of glucose was higher than 0*50 %. From the physiological point of view, it seems wise to decrease the glucose concentration substantially from that so often recommended for the treatment of diarrhoea in developed countries. 
Results
The results of HLA genotyping are shown in the Figure. As far as can be judged there had been no recombination in the major histocompatability complex, the 5 haplotypes in this family being inherited unchanged. One of the predictions for the propositus born of 1st cousins was that she would probably be homozygous for an ancestral HLA-haplotype, which is concentration.
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